purines and pyrimidines are added to the basic diet in amounts up to 250 mg daily for three to five days. It may be that these are insufficient quantities given for too short a time to allow the reappearance of T substance in the urine for it usually takes several days to return when the patient is put back on a full diet. Uric acid levels in serum and urine are normal or low and fall abruptly during a period on a purine-free regime. Recent work on the chemical nature of T substance suggests that it may be a quinone or quinolone (Wilkinson & Sidle 1960) . Mode of inheritance of the metabolic error: 6 children in 4 unrelated families are known to us in whom urinary excretion of T substance occurs in comparably large amounts. They are regarded as being homozygous for the genetic abnormality while individuals passing only small amounts are considered to be heterozygous. Examination of the family trees suggests that the anomaly is transmitted as an autosomal recessive characteristic, e.g. this patient's family (Fig. 2) . The parents of all the homozygous children are found to be heterozygous as are many of the ascendants and collaterals. None of these has any disability which can be ascribea to the genetic defect. The observation that females may excrete as large quantities of T substance as males and be equally affected seems to exclude carriage of the abnormal gene on the X-chromosome.
Comment: It does not seem possible to explain any of this child's clinical manifestations by the presence of a horseshoe kidney. Even her continued vomiting does not appear to be related to this abnormality since there is no evidence of urinary tract infection, impaired renal function or hydronephrosis. We think that her failure of mental development is directly associated with the finding of urinary excretion of large quantities of T substance; of the 6 known homozygotes for the metabolic anomaly (the only ones found in the course of chromatography of the urines of nearly 250 children), 3 are grossly mentally retarded (Table 1) . We assume that a relationship exists between the homozygotic state and the genesis of the defect in development. The specific nature of the inherited error is not known.
Kernicterus in Full-term Infants without soimmunization (4 cases) T Valaes MB DCH, Ph Fessas MD and S A Doxiadis MD
Case 1 First pregnancy of a mother aged 25 who gave no history of previous. blood transfusion or injections. Full-term male infant weighing 3,700 g at birth. Delivered in the maternity departnent of a general hospital in Athens. Jaundice became apparent at the end of forty-eight hours. An I.M. Haemoglobin 12 l0 g%, h2matocrit 38%, reticulocytes 3 %. A large proportion of the red cells were markedly distorted and fragmented (Fig 1) . The course of serum bilirubin and haemoglobin values is shown in the graph (Fig 2) . Jaundice persisted for three weeks, fading gradually. The obstructive element, although prominent biochemically, was obvious clinically only from the bile staining of the urine while feces were of normal colour. At the age of 10 days liver function tests and plasma protein electrophoresis were normal. At the age of 6 months he was found to be fairly well nourished. He exhibited marked spasticity of all limbs and he was deaf. Complete absence of the enzyme glucose-6-phosphate dehydrogenase was demonstrated in this infant while his mother showed diminished activity and his father normal activity (Motulsky and Campbell test). Case 2 Mother aged 20, primigravida. Infant male, fullterm, normal delivery, birth weight 2,800 g. Jaundice appeared at about 50 hours and increased gradually. On the fourth day, when jaundice was deep, three injections of 2 mg of menaphthone bisulphate were given. When admitted on the fifth day he was deeply jaundiced, liver and spleen were of normal size. There were signs suggesting kernicterus but as these were not conclusive he was treated by an exchange transfusion of 600 ml of compatible fresh blood. By next day the signs of C.N.S. damage were certain. Jaundice Mother, aged 33, gravida III, para I. Infant, female, full-term, normal delivery. Birth weight 2,800 g. She had no apparent congenital abnormalities. Slight jaundice appeared on the fourth day and had increased by the next day. The infant was seen by an experienced paediatrician who diagnosed 'physiological jaundice'. The baby was not seen again by a doctor till her admission late on the tenth day on account of her lethargy and refusal to feed. On admission the infant was intensely jaundiced and had unmistakable signs of kernicterus. Liver and spleen were of normal size. No history of exposure to known toxic agents could be elicited. She was fully breast-fed, mother and infant received no drugs and neither was exposed to naphthalene. The infant's condition gradually deteriorated and she died with symptoms of kernicterus on the 16th day. Since her admission urinary output seemed normal and there was no hwmoglobinuria. Laboratory results: Mother, Group 0, Rhesus positive. Infant, Group A, Rhesus positive. Direct Coombs test negative. Heinz bodies in all red cells, most of them fragmented. Hb 8-5 g%. In all blood-films examined platelets were seen in abundance. The infant and both parents showed normal glucose-6-phosphate dehydrogenase activity of the red cells.
Comment. These cases are representative of-many similar cases of severe neonatal jaundice in Greece. About one-third of all exchange transfusions in full-term infants born in the 'Alexandra' State and University Maternity Hospital, Athens, have as only indication a hyperbilirubineemia without demonstrable incompatibility. The high incidence of this type of severe neonatal jaundice is more striking among the infants who were sent to us with established kernicterus. Among these, 9 out of 10 had no Rhesus or ABO incompatibility.
In about two-thirds of the cases of severe neonatal jaundice without incompatibility we found a deficiency of the glucose-6-phosphate dehydrogenase of their red cells and we postulate that this defect forms the basis of an increased hkmolysis.
Extrinsic factors such as naphthalene by inhalation or menaphthone bisulphate by injection were not found in all cases. In the remaining one-third there were infants with similar features but without this enzyme defect.
Chondrodysplasia Epiphysalis Multiplex with
Diabetes Mellitus and Mental Retardation E Tempany MRCPI DCH (for A P Norman MD FRCP) N H, female, aged 15. In Novemnber 1949 when admitted to a children's home, she was noted to be extremely under-sized, her hair sparse and coarse and her fingers spatulate. She was mentally retarded. A tentative diagnosis of cretinism was made, and she was treated with thyroid extract.
Since 1953 she has been under the care of a foster mother who says that she can talk but is unable to read. She is of a pleasant disposition 
